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A 27-year old man without any significant comorbidi-
ties was admitted to the Department of Thoracic Surgery
for the diagnosis and treatment of an operable tumor
found accidentally during a routine examination. Tomogra-
phy revealed a paraspinal tumorous lesion on the left side
of the thoracic wall (Figs. 1, 2). The tumor was described as
heterogeneous with calcifications in almost 1/4 of its vol-
ume. The examination did not show any additional vessels
or atypical branches of the main artery.

The presentation of the tumor in magnetic resonance
indicated a benign, extrapleural lesion with calcifications,
modeling the adjacent lung parenchyma, tangent to the
descending aorta and intercostal artery, with no infiltration
of the neighboring structures (Fig. 3).

The patient was qualified for tumor resection with the
use of video-assisted thoracoscopy. A polycyclic tumorous
lesion adjoined to the surface of the lower lobe of the left

Fig. 1. Tumor visualized by tomographic imaging

lung was revealed intraoperatively. Taking into consider-
ation the size and location of the lesion, a decision was
made to mobilize the lung by releasing the pulmonary liga-
ment. When a superficial incision of the ligament was per-
formed, an artery was damaged — most likely a branch of
the aorta. Conversion to classic anterolateral thoracotomy
was performed due to massive hemorrhage. The bloody
fluid accumulated in the pleural cavity was evacuated, and
pressure was applied to the site of the bleeding. The dam-
aged artery was sewn with vascular sutures on its distal
section and the aortic wall. The tumor was excised within
normal lung parenchymal margins. Due to significant blood
loss, 3 units of packed red blood cells were administered;
additional 3 units were administered postoperatively. Other
blood derivatives, cryoprecipitate and fresh-frozen plasma
(FFP), had to be used as well. A significant decrease in car-
diopulmonary parameters necessitated the administration

Fig. 2. Tomographic image of the tumor with visible lung paren-
chyma
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Fig. 3. Magnetic resonance image of the tumor

of catecholamines (even in the postoperative period). The
restoration of normal arterial pressure and heart rate in-
creased the drainage dynamics of serous and bloody pleural
fluid to over 350 ml/h. Despite the lack of any radiological
indications of hematoma, a decision was made to conduct
rethoracotomy. The source of bleeding was located in the
distal section of the previously sutured artery. Blood leak-
age was also found on the suture line on the aorta. The sites
of bleeding were sewn with vascular sutures and covered
with hemostatic dressings. The treatment was continued
at the intensive care unit. Cardiopulmonary, morphological,
and coagulation parameters were balanced and stabilized
(additional 4 units of packed red blood cells and 1 unit of
FFP were administered). The drain was removed from the
pleural cavity on the first postoperative day. From the third
day onwards, the treatment was continued at the Depart-
ment of Thoracic Surgery. As a result of the catheterization
of the subclavian vein, the patient started exhibiting symp-
toms of thrombophlebitis in the left arm; ultrasound ex-
amination confirmed the obstruction of superficial periph-
eral veins. The patient received antibiotics and therapeutic
doses of low-molecular-weight heparin. Ultrasonographic
assessment conducted after 3 months revealed complete
reperfusion. The patient was discharged in good general
condition; he is now monitored by the hospital out-patient
clinic. No ailments have been reported so far.

In histopathological assessment, the tumor was charac-
terized as an encapsulated, polycyclic, creamy-white, hypo-
cellular, solid tumorous mass 40 mm x 30 mm x 15 mm in
size; it consisted almost exclusively of collagen fibers and
contained psammoma bodies. The lesion was diagnosed as
a calcifying fibrous pseudotumor (CFP) of the pleura.

Calcifying fibrous pseudotumor is a tumor rarely en-
countered in clinical practice, most frequently in children,
mainly of the female sex. The first reports come from 1988
—Rosenthal and Abdul-Karim [1] described 2 cases of young
patients with atypical lymphoplasmacytic infiltration and
calcification of solid lesions. Several years later, in 1993,
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Fetsch et al. [2] characterized the histological features of
the tumor based on a group of 10 adult patients and pro-
posed the name calcifying fibrous pseudotumor. Micro-
scopic assessment reveals the presence of fusiform cells
encircled by a dense collagen matrix with dispersed foci of
dystrophic calcification or psammoma bodies and lympho-
plasmacytic infiltration. Although instances of multifocal
lesions have also been described [3-5], in most cases the
tumor is singular and unencapsulated; its growth is usually
slow and involves soft tissues. The etiology of the lesion
is unknown, but it is classified as a benign mesenchymal
tumor [6]. Radical excision of CFPs guarantees low rates of
recurrence and secondary focus formation [7].

In the cases described so far, the tumors were most fre-
quently located on the back, scrotum, groin, nape, or arm-
pit; the less common locations included the lungs, pleura,
mediastinum, heart, stomach, and mesentery. Pinkard et al.
[8] was the first to publish an article devoted to CFPs involv-
ing the pleura; since then, 16 similar cases have been de-
scribed in the available literature [6]. The course of the dis-
ease is usually asymptomatic, with discomfort and chest
pain being the most frequently reported ailments [9]. Most
CFPs originating in the pleura are located in its lower part;
pedicles may also be present [6].

Positron emission tomography-computed tomography
(PET/CT) examinations do not provide a conclusive diag-
nosis. The range of fluorine-labeled glucose uptake is es-
timated at 2.0-4.65. Immunohistochemical examination is
not binding: CD 34 is usually negative, (but in the case of
lesions originating in the pleura it may be either positive
or negative), cytokeratin is usually negative, vimentin —
positive, and ALK — usually positive. It was suspected that
CFPs are late-stage inflammatory myofibrotic tumors (IMT);
however, histological comparison and immunohistochemi-
cal analysis excluded this possibility [10]. Because of the
similarities in histological structure and the positive immu-
nological reaction in the 1gG4 class of certain CFP cases,
etiological interdependence with IgG4-related diseases
(IRD) was also considered. Notwithstanding, differences in
location, response to steroids, and recurrence indicate dif-
ferent origins of these diseases [11].

The literature features no reports concerning the coex-
istence of CFP foci with vascular anomalies. The location of
the tumor in the lower lobe of the left lung and the course
of the intraoperatively injured artery suggest a similarity
to another rare condition — pulmonary sequestration. It is
a congenital defect, intra- or extrapulmonary, with inde-
pendent arterial vascularization originating in the aorta,
venous drainage into the lower pulmonary vein in both
variants, and, in the extrapulmonary variant, additional
drainage into the azygos vein, hemiazygos vein, and inferi-
or vena cava. The disease is usually asymptomatic, with the
most common clinical manifestations in the form of recur-
rent bronchopulmonary inflammations and hemoptysis. In
tomographic imaging, intrapulmonary sequestration may
present as a cyst cluster or a cyst with fluid or a central cav-
ity; solid masses, nodules, and calcifications are less com-
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mon. In the extrapulmonary variant, it is usually a single,
well-defined mass or, less frequently, a cyst [12].

Contrast-enhanced chest tomography constitutes the
basis for the diagnostic imaging of lung tumors. In cases
of suspected vascular malformations, including pulmonary
sequestration, it is also recommended to perform CT angi-
ography, vascular magnetic resonance imaging (MRI), and
transesophageal ultrasound with vascular flow imaging.

In the case described in this article, computed tomogra-
phy and magnetic resonance did not reveal the pathologi-
cal vascularization in the pulmonary ligament. Since the
patient did not report any ailments, the diagnostic imaging
performed did not include the assessment of thoracic vas-
cularization.

In cases of arterial hemorrhage, it is necessary to
promptly suture the damaged site and resupply the extrava-
sated blood; all the remaining blood factors lost in the bleed-
ing should also be taken into account. The maintenance of
hemodynamic parameters is paramount and requires the
administration of both catecholamines and infusion fluids.
During the early perioperative period, parenteral broad-
spectrum antibiotic therapy should be applied. Routine use
of antibiotics in cases of pulmonary sequestration prevents
secondary inflammations of the lungs and bronchi.
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